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unopucrpopun  (JI1I)
rpymnmna 3aboneBaHMiT, XapaKTepU3YIOMIX-
€ YaCTMYHOI MM IIOJTHONM YTPATOM IOJ-
KO>KHOII )KMPOBOJI KneTyarkyu. OHNM B 3Ha-
YUTEIbHON CTENEHM OTINYAIOTCA APYT OT Apyra Io
K/IVHUYECKUM NPOSABIEHUAM, ITaTOTE€HESY, TEYEHUIO,
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reTeporeHHas

CuHppom bappakepa — Cumonca (CBC) oTHocuTCA
K rpynmne nunoancTpooduii co CIoXHbIM 3TMOMATO-
reHe3oM 1 XapaKTepu3yeTca mporpeccupyiowemn
yTpaToN MOAKOXHOW MXMPOBOWM KNEeTyaTKun, 4To
CBA3aHO, MPEeANONOXKNUTENbHO, C ayTOUMMYHHOM
gectpykumven agunoumntos. CbC yacTo accoyummpy-
eTCA C ayTOMMMYHHbIMY 3a6oneBaHuAMN. MNepBble
npusHaky CbC ob6HapyXuBaloTCA B AETCKOM UNIv
ny6epTaTHOM BO3pacTe. XapaKTepHO MOCTeMeH-
HOe Hayano C NMopaXxeHus NiMLla 1 pacnpocTpaHe-
H/e MaToNIorMyeckoro npoiecca B Ledanokay-
[anbHOM HanpasfieHy 6e3 BOBNEUYEHUSA HUMKHUX
KOHEYHOCTEN; NPX 3TOM NPOCNEXMBAETCA YyeTKas
AemMapKaLuma Mexay nmnoanuctpodryeckon n He-
nopaxeHHon 3oHamu. [narHoctuka CbC npeun-
MYLLECTBEHHO OCHOBbIBAE€TCA Ha KIIMHUYECKUX
NposBNEHUsX; abopaTopHble  UCCNefoBaHUsA
B 6onbLuel cTeneHy HeobxoaMmbl ANA YTOUHEHUA
ConyTCTBYIOLEN NAaTONOTUN.

MpepcTaBneHo onucaHWe pPeaKoro  KanHMYe-
CKOro HabniogeHuna cuvHapoma bappakepa -
CMMOHCa Yy »KeHWWHbl 61 roga B coyeTaHun
C XPOHWMYeCKuM rnomepynoHepputom c C3-
runokommniemMeHTemvien. 3aboneBaHne Ha4yanocb
B 11 neT c noxyaeHna nuua, Npy STOM HaCneacTBeH-
HocTb no CBC He oTtAroweHa. M3 conyTctayiowmx
3a60/1eBaHNN 0cob60 obpaljaloT Ha cebs BHUMA-
H/e XPOHUYECKUIA FOMepPyIoHePPUT 1 aHrona-
TWA CeTYaTKN 06oux rnas. Mpu nabopaTtopHom nc-
cnefoBaHUM B OOLEM aHaNM3e Mouy BbiABJIEHbI
NPOTENHYPUA U MUKPOremaTypus; B OGUOXUMU-
YecKoM aHanm3e KpoBW — CHuXeHne C3 Kommo-
HeHTa KomniieMeHTa. [MaTonormyecknin KOXHbIi

npouecc npeactaBneH TPOPUUECKMMU N3MEHe-
HUAMMN KOXKI N MATKUX TKaHEN LA, LWen, BEPXHNX
KOHEUYHOCTEeW 1 TYNoBMLA C YETKOWN AemapKauu-
OHHOW NHWEN B 06NacTy BEpXHen TpeTu bedep,
roe coxpaHeHa HopMasibHas MOAKOXHO-KUPOBas
KnetyaTtka. B obnactv nuua Habnopaetcs Bbipa-
YKeHHas runoTpodma Koxu, nmuo o6e306pakeHo,
HaMoOMVHAET «1Lo MepTBeLa». [4na AUarHOCTUKN
cnHapoma bappakepa — CUMOHCa NOMUMO OLEHKN
KNVHUYECKUX MPOABMEHNIA OblIM 1CMONb30BaHbI
METOAbl HEVHBA3WBHON [AMArHOCTUKMA W AaHHble
naToMopdonornyeckoro nccyiefoBaHnsa buonTarta
KOXMW, MPVBEAEHO OMUCAHWE KapTWHbI BbISBNEH-
HbIX U3MEHEHWIA.

BonbHble CBC nopgnexat gucnaHcepHomy Habnio-
LEHVI0O C MOHWTOPUHIOM OOLIEKSTMHNYECKOTO
1 BUOXMUYECKOTO NPOGUIIA 1 HY>KAAIOTCA B YTy-
6N1EHHOM KOMM/IEKCHOM 06CnefoBaHUN  Y3KKX
CMNeuranncToB ANA BbIABNEHNA U KOPPEKLUUn co-
NyTCTBYIOLLEN MaToNormm.

KnioueBble cnoBa: cuHgpom bappakepa -
CMMOHCa, KNIMHMYeCKas KapTUHa, AUarHocTriKa

Ana untupoBaHusa: Cerosa T, EnbkuH Bll, Kobep-
HUK MIO, BopommHa EH. KnuHuueckoe Habnioae-
Hve cvHapoma bappakepa — CMMOHCa. AnbMaHax
KNVHWYecKon meanumrHbl. 2021;49(8):564-570. doi:
10.18786/2072-0505-2021-49-067.

MocTtynuna 14.12.2021; popabotaHa 28.12.2021; npu-
HATa K nybnukaumm 30.12.2021; ony6avkoBaHa OH-
navH 18.01.2022

YacTOTe, MHOTAA B 3aBUCHMOCTM OT 3THUYECKOI
npuHagnexHoctn. HoMeHkmatypa 3abormeBaHuMit
obuIMpHA, OHAa BK/TIOYAeT: BPOXK/ECHHYIO TeHepas-
soBauHyIo JI]I (cunppom bepapmunennu — Ceiina),
npuobpereHHylo mapuuanbayo JIII  (cuHZpoM
JlopeHca), ceMeliHylo mapruanbHyio JIII (cuuppom
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Ké66epnuura u JJaHHUTeHa), IPUOOPETEHHYIO Map-
nuanpHyo JIJI (cunpgpom bappakepa - CumoHca),
cungpom Hakao - Hwummmypa, CANDLE, JMP,
BY-accounnposannyio JIJ, mempeyayHusm (cuH-
gpom [oHoxpwo), cuHzpoMm Ilappum - Pombepra.
JMunoguctpodust — OAMH 13 KOMIIOHEHTOB Psifia Te-
HeTndecKux 3abonmeBaHuit: cungpomos AREDYLD,
SHORT, Pa6cona - MeHfeHX0/Ia, IPOrepOUIHBIX
[1-4].

Camas penxas ¢opma JIII - cungpom
Bappakepa - Cumonca (CBC), ero yacrora B IOIy-
nAauuu cocrasnaer MeHee 1:1000000. Ilepspie onu-
caHMs 3a00/leBaHNA IIPUHANIEKAT WMTATbIHCKOMY
Bpauy u anatomy G.B. Morgagni (1775), ucmaHcko-
my Bpauy L. Barraquer-Ferre (1906) u Hemerikum —
A. Simons (1911) u E. Hollander (1910) [1, 5]. K Ha-
CTOAILEMY BPEMEHM B 3apyOeXHOI 1 OTe4eCTBEHHOI!
UTepaType HaCYUThIBaeTCs He 6omee 300 mybnuka-
i, mocBsieHHbIx CHC.

Cunpnpom bappakepa — Crumonca (cuH.: mpro6-
peTeHHasl mapruaabHas TUIORUCTPodusy) XxapaKTe-
pu3syeTcsa IpPOTrpecCUpyIolleil yTPaTol IOLKOXHOM
JKIUPOBOJ KJIeTYATKM, CBA3AHHON, IPEANONIOKMN-
TEJIbHO, C ayTOMMMYHHOW AEeCTPYKIMEN ajUIIOLu-
TOB, B ITIaTOTe€He3 KOTOpOil BOB/IeYeHA aKTUBALUA
cucrembl KomiuieMenTa (y 70% 60/IbHBIX 0OHapyxKe-
HO CHIDKEHIe CBIBOPOTOYHBIX ypoBHelt C3). Kpome
TOro, B 80% cnydYaeB BBIABIEHBI LUPKYIMPYIOLINE
ayroanturena (C3-neppurudecknit daxrop), 6m10-
Kypyomue gerpaganuio ¢pepmenta C3-KOHBEpTa3bI
[5, 6]. OZHAKO TOYHBII MeXaHM3M BO3HUKHOBEHMUSA
CBC ocraeTcs HEM3BECTHDIM.

CBC w9acro accomumpyercs ¢ ayTOMMMYHHBI-
MU 3a607eBaHMAMM (CHCTEMHON KpPacHOU BOTYaH-
KOIi, [IepMaTOMMO3UTOM/TIOIMMIO3UTOM, O4aroBoOil
CKJlepofiepMMeit), 6omee pefKo MIM B efUHMYHBIX
CIy4asX ¢ TUIIOTUPEO30M, PeBMAaTOMIHBIM apTpuU-
TOM, BYICOYHBIM apTepuuTOM XOPTOHA, IeKOIUTO-
KJIACTMYECKMM BaCKY/INUTOM, fiepMaTo3om JJopuHra,
HepHUIMO3HO aHeMMuell, IgA-Hedponarueit, Hepep-
KO IpepuiecTByomumu passuruio J1]1 [2, 7-10].

VI3y4eHMIO MOJNEKYISAPHO-TeHETUYECKUX MeXa-
Hu3MoOB Bo3HMKHOBeHUsA CBC mocBsieHa TOIBKO
opHa pabora — R.A. Hegele n coasr. (2006), B koTO-
poit orMedensl MyTaruu rena LMNB2 y 4 u3 9 6071b-
HBIX [11]. B muTeparype ommcaHbl ceMeliHble CIIydan
CBC [1].

Kpome Toro, pnst e6rora CBC Heobxomumsl J10-
HOJTHUTE/IbHBIE TPUTTepHBble (DAKTOpPBI, B KauecTBe
KOTOPBIX, B YaCTHOCTY, MOTYT BBICTYINATDh IIpeJIIe-
CTBYIOIIVIE OCTPbIE BYPYCHBIE MHPEKIM (KOPb, CKap-
JIATHHA, BeTPsiHAsl OCMA U Ap.), XpOHUUeCKMe Oax-
TepyanbHble VHQEKIUM (TOHSWIINT, IMOJEPMUN),
OTMeYaBIINeCcss MHOTUMI MccaenoBarensamn [1, 5].

CbC nonBep>keHbl pa3IuYHble 3THUYECKME TPYII-
IIbl, HO CTPaflAloT IPEMMYIIeCTBEHHO €BPOIIeIIbl,
IIpY 3TOM B OCHOBHOM JKEHIIVHBI — COITIACHO Pas-
HBIM MICTOYHMKAM, COOTHOLIEHNE JKEHIIMH M MYX-
Yyl cocrasnger oT 4:1 go 8:1 [1, 12].

IlepBple mpuM3HaAKM yTpaThl IOLKOXKHOM KIIET-
4aTKU OOHAPY)XXMBAIOTCA B eTCKOM UM IybepTar-
HOM Bo3pacrTe (yCpeZHEHHBIIT BO3pacT 7 JIeT), OfjHa-
KO PerMCTPUPYIOTCA CIy4dayu cTapra 3aboyeBaHuUA
B IV-V pexapmax >xusHu. JIJI 06bIYHO HauMHAETCA
C NIa ¥ TIOCTENIEHHO B TeYeHMe HeCKONbKUX Me-
cAIleB — 2 JIeT pacIpOCTpaHAETCA Ha LIe0, KpaliHe
PenKO 3aXBaTBIBAIOTCS HIDKeTeXKallJie YYacTKIU.
VHorma mnpocnexxmpaeTca 4YeTKasA JeMapKanus
MEXAY NUNOAUCTPO(UIECKON ¥ HemopaKeHHOI
30HaMHU. Y HEKOTOPBIX IAIVIEeHTOB MOTYT HaOIIIo-
JaTbCs KOMIIEHCATOpPHblE OT/IOXEHUA >KMPOBOIL
TKaHM B 007acTU ATOAMI, MMOsSCHUIIBI, Oemep [1].
Artpocdudeckre N3MEHEHUsI CO3[AIOT IOKHYIO Kap-
TUHY I'UIepTpodUU MBINIL, IPUAAIOT TULY XapaK-
TepHBIIl 06K, KOTOPbII CPAaBHUBAIOT C «JIUIL[OM
MepTBenar. Ilpomecc, JOCTUTHYB TOTO VIV MHOTO
YypOBHs, crabunusupyercsa 6e3 HanbHeilIernr Au-
HaMMKV KIMHMYECKON KapTUHBI 10 KOHIIA KU3HU
[13].

B otmirane ot gpyrux tunos JIJI, npu CbC nucy-
JMHOPE3UCTEHTHOCTD U CBA3aHHbIE C Hell MeTabomu-
JecKIe HapyIIeHNs MeHee TsDKe/Ible 1 HaO/MI0galoTCs
3HAYUTEIBHO peXxe: Ayuabet mpumepHo y 10%, rumnep-
tpurnuiepugemMus — y 30% 60mpHbIX. OCTOXHEHNS
B Bufie MeMOpaHOIponupepaTUBHOTO ITIOMEpPYIO-
HedpuTa 2-TO TUIIA perUCTPUPYIOTCs B 20% cryyaes
B cpepiHeM depes 8 net nocie Havana CbC [1, 5, 9, 14,
15].

Csepnenns o rnasHoit natonoruu npyu CbC ouenn
ckyznHble. CoobIIaeTcss 0 CHYDKEHUU OCTPOTBI 3pe-
HISA B pe3y/IbTaTe XOPON/aNbHON HEOBACKY/IApPN3a-
LUV, TUTMEHTHBIX M3MEHEHMIT peTHHbL. B obmactu
MaKy/1 HabI0fannch OKPYI/Ible XOPOLIO OTTPAHU-
YeHHble O/IeHO-XKeITble HeNO3UThl BapuabenbHBIX
pa3MepoB, HaIlOMMHAIOLMe JIpY3bl. DT APY30II0-
HOOHBIE OT/IOXKEHUs OKas3aluCh aHaJOTMYHBIMU
IUIOTHBIMY [jeOo3UTaMy B 0as3aabHBIX MeMOpaHax
KJIy604KOB 1ovex [16, 17].

Nuormga CBC coderaeTca ¢ HellpoOCEHCOPHOI
IJIyXOTOM, SIUJIEICHUEN, 3aJEPKKOM YMCTBEHHOIO
PasBUTHUSA, ONYXONAMM ¥ Ka/lbI[MHATaMU B 061acTu
runoraamyca. VIMEIOTCs efVHNMYIHbIE COOOIIeHs
0 BOBJIEYEHMM KOCTHOTO MO3Ta, Pa3BUTUM MHCY/IbTA
(1, 18-20].

I'mcronornyeckne usmenenusa npu CbC He or-
INYAIOTCS 0COO0IT CTIenPUIHOCTBIO OT APYTUX THU-
noB JIJI. OTMe4aroT yMeHblIeH)Ee pasMepOB afiUIIo-
LIUTOB, TIOTEPIO CBA3EH MEXIY HUMMU, paspyllieHue
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OTZEe/NbHBIX K/IeTOK. J/IHOT/Ia BO3SMOXKHBI IIepUBACKY-
JsIpHBbIe MHOUIBTPATHI 13 TUMOLUTOB.

Huarnoctuka CBC B KaaccMuecKmMx caydasax
OOBIYHO He BBbI3bIBAeT 3aTPYLHEHUII ¥ B OCHOBHOM
6asupyeTcs Ha KIMHIYECKUX IPOSABIEHNUAX, Tabopa-
TOPHBIE UCCIEJOBAHNS HEOOXOMUMBI AJIs MCKIII0Ue-
HUA acCOLVVPOBaHHBIX HapyuIeHui [21].

Huarnoctuyeckue xputepun CbC, mpennoxen-
uble A. Misra u coasT. (2004), BK/IIOYAIOT:

I. OcHoBHOIT KpuTepuit: MOCTelleHHOE Hayajo
ABYCTOPOHHEN CUMMETPUYHONM YTPAThl afUIIO3HO
TKaHM B LledaoKaydaqbHOM HAlpaBAeHUN — TOMO-
Ba, Iles, TYJIOBUILE, XMBOT, BePXHME KOHEYHOCTU
6e3 BOB/IeYeHM I HYDKHUX.

II. BcnomorateibHble KpUTEPUN:

A. Knuanyeckne:

1) Havaso 3a60MeBaHNA B JeTCKOM/ITybeprar-
HOM BO3pacTe;

2) oTcyTcTBUe B ceMeliHOM aHaMHe3e CBEC;

3) HanMM4ue ayTOMMMYHHBIX 3a00/IeBaHMIL.

B. JTaboparopHbsie:

1) TOHV>KEHHbIe CBIBOPOTOYHBIe YpoBHU C3;

2) Hanu4ye B CbiBOpoTKe C3-HeppUTHIECKOTO
daxropa;

3) mpoTenHYy pusi;

4) BpIsiB/IeHME MeMOpaHOIpoudepaTuBHOTO
rIoMepynoHedpuTa py 6MONICUM TTOYEK;

5) XxapakTepHOe pacIpefieNieHue >KMPOBOI
TKaHM NpM aKCUATbHON KOMIIbIOTEPHOI
TOMOrpa Uy WX MaTHUTHO-PE30HAHCHOI
ToMorpaduimL.

ITporunos npu CbC 3aBUCKUT OT BOB/IeYeHN: IIO-
YeK M Pa3BUTUs MeTabOMMYeCKIX HapyIIeHMIT, acCo-
LIMMPOBAHHBIX Ay TOMMMYHHBIX 3a00/IeBaHMIL.

Iuddepennyanpublil [UarHo3 BKIIOYaeT ApY-
rue tunsl JIJI, MaHAUOYIOAKpaAbHYI [MCIIIA-
3110, anorexia mnervosd, JeNpedayHM3M (CMHIPOM
JoHoxblo), cungpomsr KokkeitHa, Beprepa, SHORT
U IpyTUe repofiepMudecKye CUHIPOMBL

Jleduenne CBC moka ocTaeTcs HepelleHHOIl Ipo-
6memoit. B ocHOBHOM mpuberaloT K KOppeKLuu
KOCMeTH4ecKoro fedekra nuna (MMIJIAaHTALMU CU-
JIMKOHA, IIOMMeTM/IMeTaKpuiata). Ilpumenenme
C 9TONM >Ke LeNbl0 MMIUIAHTALMM ayTOJIOTMYHOM
JKMPOBOJI TKaHMY, IO OLieHKe Pa3HBIX aBTOPOB, XOTS
1 6€30I1aCHO U B HEKOTOPOIL CTEIIEHU TOPMOSUT IIPO-
rpeccupoBanre JIJI, Ho ManoadHeKTUBHO, TaK Kak
B KOHEYHOM UTOTe MMIUIAHTAThl IIOfBEPraloTcs I0-
CTENIEHHOMY paccacblBaHMIo [22].

B CIIIA FDA (Food and Drug Administration -
KomuTeT 110 KOHTPOJIIO IeKapCTBEHHBIX IIPeIapaToB
U IUIEBBIX HPOAYKTOB) paspeliny MCHIONb30BaTh
I Tepaluy reHepanusoBaHHol JIJ] mMeTpenenTus
(pekOMOVMHAHTHBII Ye/toBedecKuit mentuH). OgHaKo
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npu CBC ero npuMeHeHMe CAHKI[MOHUPOBAHO TOJb-
KO B C/Ty4Yae Ha/IM4VsI TsDKETIBIX MeTaOOIMIeCKIX Ha-
pyuenuit. IIpn aToM mpemapaT oxasancsa MeHee a¢-
¢dexTuBHBIM, YeM pu Apyrux ¢popmax JII [23-25].

bonpaple CBC mopnesxaT MOHUTOPUHTY C KOH-
TpoJIeM Ha/lM4us TUIIOTTIMKEMUH, YPOBHel XojecTe-
pUHA ¥ TPUITIMLEPUJOB, IIEYCHOYHBIX (EepMEHTOB,
CBIBOPOTOYHBIX ypoBHelt C3 u C3-HedpuTHIeCKOTO
(dakTopa, HaMU4MsA ayTOMMMYHHBIX 3a00/IeBaHMIL,
C TIpOBefieHNeM HCCIe[OBAaHNIT B 06aCTU MOJEKY-
JISIpHOVI TeHeTUKM [1, 2].

B xayecTBe leMOHCTpaluy NIPUBOJYM ONMCAHME
Hab/I0[aeMOro HaMy KIMHUYECKOTO C/Iydasl CUH-
npoma bappakepa — CumoHca.

KnuHunyeckoe HabnogeHne

bonbrasa b. 1960 r.p. HampableHa Ha KOHCY/IbTALMIO
B I'bY3 IIK «KpaeBoit KTMHIYECKNIT KOYKHO-BEHEPOIOT -
YeCcKMil UCIaHCcep» C KajmobaMM Ha IpOrpeccupylolee
yxyp;meHI/Ie BHEIIHEro Bumaa, MbIIHe‘{HyIO CHa6OCTb, I10-
BBIIIEHHYIO YTOM/IAEMOCTD, [enpeccuio, rolIOBHbIE 6071]/[
U TapecTe3uy B OOTACTH IATONOIMYECKUX M3MEHEHMUIL.
HaLU/IeHTKa OoTMevaia I/IHTeHCI/Iq)I/IKaLU/IIO KIMHNMYECKNX
CHMIITOMOB 3a00/1eBaHVA B TedeHue 50 TeT KU3HIL.

/13 anaMHe3a 3a60/1eBaHNUs U3BECTHO, YTO MAL[MEHTKA
6onbHa ¢ 11-7TeTHero Bo3pacra, KOrjia BepBble 0OpaTiia
BHUMaHUe Ha 67e[HOCTb 1 moxygeHue nuua. C TedeHn-
eM BpeMeHM IaTOTOTMYeCKMIl IPOL[ecC PaCIPOCTPaHNUII-
s Ha 1IeI0, 3aTeM BepPXHMUIT IIeYeBOil OAC U TYIOBUIIE.
BonpHasi HEOQHOKPATHO 0OCIefoBanach 1 HabIIOFaNach
Y HEBPOJIOTOB € AMAarHO30M «IIPOT'PECCUPYIONas MblIIey-
HasA runorpodus nmuua u rynosuma I u II crenenn, Heii-
ponucTpoduUIeCcKnit CUHAPOM», IIPY STOM Ha3Hayaemas
Tepanus He 6bU1a addekTuBHa. [Ipy 0ocMOTpe ITa3HOrO
aHa OKyHI/ICTaMI/I YCTaHOB}IeHa AHTMOIIATUA U IIporpec-
cupylomas aucTpodusa ceTyarku oboux rias. bompHas
HaXOAMTCA Ha NMCIaHCePHOM HabJofeHnn y Hepposora
Y TacTpOIHTeposiora ¢ acconuuposanueiMu ¢ CBC 3a6o-
JIeBaHUSAMU. B TeueHUe XU3HU HEOJHOKpPATHO KOHCY}Ib-
TUPOBAaHA PEBMATONIOTAMU, OJJHAKO JAHHBIX 3a JUPys-
Hble 3a007IeBaHNA COEAMHUTETIbHON TKAHM BbIABICHO
He Obito. IIpu o6cmeoBaHMM Y3KMMM CIIELVaNuCTaMu
(otomapuHromnor, MHGEKIMOHNUCT, CTOMATOJIOT, TMHEKO-
JIOT) 04aroB OCTPOII U XpOHMYECKOI nHpeKun He 0OHa-
PY>KeHo.

VI3 anaMHe3a XX3HU M3BECTHO, YTO HAC/I€ACTBEHHOCTD
IO TUIORUCTPOPUAM M CUCTEMHBIM 3a00/IEBAaHNAM COe-
OVHUTEIbHOI TKaHM He OTATOLIeHa. [lepeHeceHHbIE U CO-
HyTCTBYIOIIE 3a607eBaHNA: A3BeHHAA OONe3Hb JIBeHaJl-
LATUIIEPCTHOI KMIIKM, PyOLIOBO-sA3BeHHas AedopManns
)IYKOBI/IIH)I I[BeHa)lHaT]/IHepCTHOﬁ KMIIKU ) IPUBPATHUKA,
CyOKOMIIEHCMPOBAHHBII CTeHO3 IMPUBPATHUKA, JYONEHO-
CTas; XPOHMYECKUII [IOMePyNIOoHedPUT, TUIIEPTOHIUe-
CKU BAapMaHT; XpOHUYECKasd 607163Hb IIOYECK, CTagunuAa 1;
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Puc. 1. bonbHasa b, 61 rog. ATpodus NOAKOKHON KNUPOBO#M
KneTuaTky B LiedanokaynaibHOM HanpasneHuy ¢ jeMapKaLMoHHOM
NVHWEN B 0ONacTv BepxHell TpeTn besep

QHIMOIATHA Y IPOrpeccUpyolas AUCTPODUA CeTIATKN
000X I'/1a3; MUTpeHO3Has Ledanrus, KpU3oBoe TedeHue.

ANnepronornyeckuii  aHaMHe3 ~ He  OTATOIIEH.
ITpodeccuoHanbHBbIT aHAMHE3 CIIOKOEH, IPOodecCHoHab-
HBIX BpeJHOCTell HeT. BpeHbIe TPUBLIYKY U HeCTPYKTUB-
HbIe IOPOKIL 06pa3a >KM3HY MAIIeHTKa OTPUIIaeT.

CeMeltHO-TIONIOBOJ aHAMHe3: MOCTMeHomaysa. Bcero
OepeMeHHOCTelT 3, pOJOB — 2, MeJUIVHCKMIT abopT — 1.
Heru u BHYKM 310pOBBL, IpusHakoB JIJI u acconunpoBaH-
HBIX C HUMY 3a060/IeBaHMIT He YCTAHOBJIEHO.

ITpoBesieHO 0OIeKMMHMYECKOEe 0OCIeoBaHMe: B 00-
1eM aHajau3e KPOBU — XPOHMYECKAsA TUIIOXPOMHAS aHe-
MU JIETKOJ CTETIEH U TSDKeCTH (3pUTpounTsl — 3,85 % 10'/11,
remornobus — 105 1/, neiikonutsl — 7,0 x 10°/1, Tpom60-
uThl — 220 % 10°/71, CKOPOCTb OCefaHMs SPUTPOLUTOB —
10 mm/4). B of1mem aHanu3e MOYM — IPOTEVHYPUA U MU-
Kporematypus (yrenpHbiit Bec 1,010, snnrenuit 1-3 B mose
3PEHMN, IEMKOLMUTHI 5—8 B I10/1€ 3peHMs, SpUTPOLUTEL 5-10
B 11071€ 3peHus, 6emok 0,066-0,3 r/m). Buoxummyecknit aHa-
m3 KpoBu — C3-runokommieMenteMus (C3 KOMIIOHEHT

Puc. 2. bonbraa b, 61 roa. lNopaxeHwve nuua

KomiieMeHTa — 0,6 r/i1, Hopma 0,9-1,8 1/11), OCTa/bHbIE [10-
KasaTe/lu B MpefieNlaX BO3PACTHON HOPMBI.

YnbpTpasByKoBOE MCCIElOBaHNE BHYTPEHHMX OPTaHOB:
nprsHaky udGy3HbIX M3MEHeHMII MOYeK M IedeHH, Ipa-
BOCTOpOHHMIT HepponTos. KoHTpacTHas peHorpadus: peHo-
IpaMMBbI aCHMMeTPUYHBI, CeKPETOPHO-BbIIe/IUTeIbHAs PYHK-
1A Ho4eK cHipkeHa. PubporacTpopyoneHocKomus: rpybas
pyO110BO-sA3BeHHasA AedopMals IPUBPATHNUKA VI TyKOBUILbI
IBEHA/IIIATUIIEPCTHON KMIIKM C TIPU3HAKAMM CTeHO3a.

Status localis: maToOrM4ecKuit Mpolecc pacupocTpa-
HEHHBII, CUMMETPUYHbIN, OTMeYaeTCs HOpaXKeHne KOXKMI
1 MATKUX TKaHel N11a, IIey, BEPXHUX KOHEYHOCTEN U Ty-
nosuia. IlpencraBneH TpoduuecKMMyU U3MEHEHUAMU
KOXU C BOBJICYEHMEM ee MPUIATKOB (CalbHble U IOTOBbIE
KeJIe3bl, BOJIOCHI M HOT'TH) ¥ YeTKOII JleMapKaIlMOHHOI 30-
HOIT B 0671acTH BepxHell TpeTu befep, Iie COXpaHeHa HOp-
MaJibHas MOJKOXXHO-KMpoBas kimeryarka (puc. 1). IIser
KOXXHBIX IIOKPOBOB B OYarax IOpa’keHus OJefHO-Tese-
CHBIIT C CEPOBATBHIM OTTEHKOM B 30HAX IOf|Ieallel KOCT-
HoJt TKaHu. Ko>ka Iopa’keHHBIX Y4acTKOB JIETKO cobMpa-
eTCsI B CKIAAKY. B o6macTy nnija oTMevaeTcst runoTpoduist
KOXXM U MATKUX TKaHell, INIIO MMeeT XapaKTepHBbIil 0OMNK,
CPaBHUMBIII C «JIMLIOM MepTBeLa» (puc. 2). Bugnumsrie ciu-
3MCTbIe 000/IOYKYM UHTAKTHBL

Hapsany ¢ KIMHMYECKMM OCMOTPOM HallMeHTKe Ipo-
BefleHa HEMHBA3VBHAA [MArHOCTMKA OYArOB IOPAXKEHM
¢ 61oTCHMeit KOXM B M3y4aeMOil aHaTOMUYeCKOIl 06/1acTi.

Jlepmamockonus: oTMedaloTcA npusHaku fudysHoi
aTpoduM KOXI U ee IPUAATKOB. KOXHBI pUCYHOK cT/a-
JKeH, IYIIKOBbIE, IeTMHUCTBIE Y I/TTHHbIE BOJIOCHI pa3pe-
JKeHBI. B 30HaX IMaTonornyecky M3MEeHEeHHBIX TKaHell BU-
3ya/lM3UPYIOTC MHOXKECTBEHHbIe MOHOMOP(HbIE COCYAEL,
COOTBETCTBYIOLINE IIPU3HAKAM TPODUIECKN N3MEHEHHOII
KOXI.

Yaompaseykoeoe 8bicoKoHaACHOmMHOe  UCCIe008aHue
Koxu 25 MI'y 6 obnacmu npasozo nieua (cepedund, Ha-
pymHas nosepxvocmy): snupepmuc 50-70 MM (HopMa
IJIA SKeHIIVMH aCTeHNYeCKOTO TelTOCTOKeHNA YKa3aHHOMI
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aHaToMm4eckoit 30HBI 80-100 MKM), nepma - ot 910
10 950 MKM (HOpMa JI/Is1 >KeHII[MH aCTeHIYeCKOT0 TeN0CTIO-
JKEeHN 1 YKa3aHHOI aHaTOMM4YecKoi 30HbI 1000-1200 MKM).
Jlepma rumoaxoreHHa, OflHOPOJHA IO CTPYKType, CpeHA
YIbTPa3BYKOBas IJIOTHOCTD — 30-35 eMHNIL; OTTpaHude-
HIEe OT TUIIOflepMbI YeTKoe. I'mnosepMa BU3yanusmupyer-
Cs1 XOPOIIIO, TOMIINHA OXHOPOAHAsS OT 2 10 4 MM (HOpMa
IJIA SKEHIIMH aCTEHMYECKOTO TeNOCHOXKEeHUA YKasaHHOI
aHATOMMYECKOJ 30HBI 7-15 MM). YIbTpasByKOBasA IIIOT-
HOCTb TMIIOfIEPMBI CHIU>KEHA, OTHOPOJHA: 2—3 €MHNUIIBIL.
3aKk/0ueHNe: TaHHbIe MOTYT TOBOPUTH O AuddysHoI mn-
noAUCTPOdUY MTOAKOKHO-KIMPOBOIT KJIETYATKY C MPU3HA-
KaMy aTpoduy SIMUgepMIca I TePMbl.

Ilamomopponozuueckoe  uccnedosanue Ouonmama
Koxu (HAPYHCHAS NOBEPXHOCL NPAB0O20 Miexa): STULep-
MIC, iepMa ¥ IPUIATKU KOXM (CabHbIE U IIOTOBbBIE JKe-
J1e3bl) aTPOPUIHEI, OTMEYAETCA MOYTY IIOTHOE OTCYTCTBUE
JKMPOBOJ TKaHMU.

bonbHoi ycTanoBNeH fuarnos cunppoma bappakepa -
CumoHca.

C yueToM BBIABIEHHO} COMATMYECKON MaTOMOTUK
HalMeHTKe PeKOMEHJOBAHO YITybJIeHHOe 06CIefoBaHye
B peBmaronorudyeckom orgenenuu I'bY3 IIK «Ilepmckas
KpaeBas KJIIMHIYeCcKast 60NbHNUIIA». [IOTIOTHUTENBHO 60TTh-
Has HallpaBjieHa Ha KOHCY/IbTAIIMIO K Bpauy-TeHeTUKY [/
ME[IMKO-T€HEeTUYECKOTO MCCIENOBAaHNA TE€HOB, acCOLMMU-
POBaHHBIX C nunomgucTpoduamu. ITanneHTKe IOKa3aHO
[INTeNbHOE AMHAMMIYIECKOe HAOMIOeHNe Y3KUMM CIIeL-
anuctaMu (JilepMaTOBEHEPOJIOT, HepOJIoT, HeBPOJIOT, Ia-
CTPO3HTEPOJIOT) € KOPpeKIMell COMyTCTBYIOImuX 3aboe-
BaHUIA.

06¢cyxpeHne

ITepBble mpu3Haky 3a00/IeBaHUA Y Halllel Al eHT-
KJ OBIIM OTMeYeHBI B 11 /IeT 1 XapaKTepu3oBaInuch
no6yefHeHNeM U HOXY[ieHMeM KOXXM JINIA, YTO CO-
OTBETCTBYeT [JAaHHBIM JUTEpPaTypbl 0 MaHubecra-
yuu CBC [1, 5, 12, 13]; mpu 3TOM HacaeCTBEHHOI
IPepacIoNOXeHHOCTN 110 JIMIOBUCTPOPUAM He
BoisiBieHo. C TedeHMEM BpeMeHNU aTpoduueckKme
M3MeHeHUs ula ctanm 6oee BbIPaKeHHBIMH, CO-
[IOCTAaBMMBIMU C «INIOM MepTBema» [13]. B xpo-
HOJIOTMYEeCKOM HOpsfKe OBIJIO YCTAaHOBJIEHO IIPO-
TpeccupoBaHue ¥ IOCTENeHHOe PaclpoCTpaHeHMe
[IaTOJIOTMYECKOTO IIpOoIjecca Ha IIel0, 3aTeM Bepx-
HUI IJIeYeBOil osAc u Tynosule. [Ipn gnurenbHOM
HaOmoffeHNY 3a 0OJIbHOI YCTAaHOBJIEHO, YTO KOXa
U MATKME TKAHU HIOKHUX KOHEYHOCTEN B MaTOJIO-
I'MYeCKUI IPOLeCC MPAaKTUYECK) He BOB/IEKAJINCH,
a IpU BU3YaJTbHOM OCMOTpPE OTMeYaeTcsi 4YeTKas
TpaHMIa MEeXAY 30HON TUIORUCTPOPUM 1 Hellopa-
SKeHHOM Koxeln [13].

Beimteniepeuncienusle  ocobeHHOCTH  3a60-
JeBaHUA CJIeflyeT pacleHMBaTb KaK OCHOBHOI
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M BCIOMOTaTe/bHbIe JMAarHOCTMYECKUe KpPUTePUN
CbC - mocnefoBaTenbHasA [BYCTOPOHHAA CHUMMe-
TpUYHAsS TUTIOAUCTPOdus B riehasoKayfaTbHOM Ha-
npaBieHnn 6e3 BOBI€YEeHNMs HIDKHUX KOHETHOCTE,
HavajTo 3a00jIeBaHMs B MpernybepTaTHOM BO3pacTe,
oTcyTcTBUE B ceMeliHoM aHaMHe3e CbC. BrisiBnennas
B Xofie 06CIeJOBaHM MAMeHTKM COMaTu4decKas ma-
TOJIOIYA — XPOHWYECKUII ITIOMepynoHedpuT, acco-
UMMPOBaHHBIN ¢ C3-rUMIOKOMIIIEMEHTeMMelt U Tpo-
TeMHYpPUeil — TAKKe OTHOCUTCA K JIOTIO/THUTE/TbHBIM
puarnoctudeckum npusHakam CBC [5, 6, 9, 14, 15].
B cBo0 0Ouepenb, 0OHapy)KEHHbIe aHTMONATUA Y J[VIC-
Tpodus ceTYaTKM, MUTPEHO3Has Liedanrus, mopa-
JKeHIe OPraHOB >KeTyLOYHO-KUIIEYHOrO TPaKTa Io-
3BONAIOT pacueHnBaTb CBC B paMKax CHCTEMHOTO
ayTOMMMYHHOTO IIponecca [5, 6, 16, 17], 4To yKasbl-
BaeT Ha HEOOXORVMMOCTDb HOCIEAYIOLIEro yImy0eH-
HOTO O0OC/TeOBaHMsI MALMEHTKN pPEeBMAaTOMTOTaMIL.
Kpome TOro, 60/1bHOI IOKa3aHbI MOJIEKY/IAPHO-Te-
HeTHMYeCKye METOLbI MICCTIeROBAHMS /s uAeHTIdu-
KaI[uM TeHOB, aCCOIMVPOBAHHBIX C Pa3BUTHEM CUH-
IPOMOB TUIIORUCTPOdUIL [2].

3aKoueHue

OnucanHoe HaMM  KJIMHUYeCKoe  HaOmofe-
HUe IpeacTaBiaseT coboil pepkyno ¢opmy mpo-
rpeccupylomeil IUIOAUCTPOPUN — CUHAPOM
bappakepa — Cumonca. ITaTomorndecknii mpoiecc
XapaKTEPU30BAJICA YTPATOM IOJKOXHOW XUPOBOI
KJIeTYaTKY B 00IaCTU NI, IIeV, TYJIOBMIA C YeT-
KOI1 [jeMapKalVOHHOI 30HOI B 067acTM BepXHeil
TpeTu 6emep. [nsa puarHoctuku u guddepennu-
ATIPHOTO AMAarHo3a ObLIM MCIIOBb30BAHBI METODI
HEMHBA3WBHOW [MAarHOCTUKY (IpUBEIEHO CpaBHe-
HUe HOPM YKa3aHHON JIOKaJAM3alyy y JIUIL, acTe-
HIYECKOTO TEeNOC/IOXKEHNs) U JaHHble HAaTOMOP-
dbomornueckoro mucciaemoBaHKs OMOMTaTa KOXI,
ONJCaHAa KapTVHa OOHApY>XEHHBIX W3MEHEHUIL.
Y mauyeHTKY Hapsfy co crennduyecKuM nopasxe-
HIEeM KOXM U TOJKOXHO-XVPOBON KIeTYaTK! Ha-
6/1r0mamach coueTaHHas coMaTyiyeckas MaToaorus,
acCOUMMPOBAHHAA Y KaXXJOro BTOPOTro IMallYeHTa
CBC ¢ xpoundeckuM riomepynonedppurom n C3-
TUIIOKOMIIIEMeHTeMuell. TO yKasblBaeT Ha HEO0O-
XO[MIMOCTb BCECTOPOHHETO O0C/TIefOBaHUA TaKUX
MAIMeHTOB yY3KMMU CIIeLMaTNCTaMM (3HLOKPIMHO-
noru, Hedponoru, opTarbMOJIOTY) U MOC/e YOI el
KOpPpeKLIMY BBISABIEHHON NAaTONOrMu. bonbHbIe
CBC mopmexar [gUCIAHCEPHOMY HAOTIOfEHNIO
C MOHUTOPMHIOM OOIeKIMHNYECKOTO U OMoXu-
Mudeckoro npodund. IlanneHTaM ¢ mofospeHNeM
Ha CBbC nokaszaHo MONEKYIAPHO-TeHeTUYecKoe uc-
C/lefloBaHNMe C CeKBEHMPOBAHNMEM T'€HOB, aCCOLNMN-
POBAHHBIX C TUIORUCTPOPUAMIU. @
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JononHutenbHaa nHopmaums
Cornacue nayuneHTa

B cBA3M C rnbenblo NaumMeHTKN cornacme Ha Ny6nmKaLuio ee MeULIMHCKON
nHdopmaumn n $oTo B XKypHane «AfnbMaHax KAMHUYECKON MERULMHDBI»

6b110 NoJly4eHo y ee 3aKOHHOro npeAcrasutena (cbIHa).
wwuaucupoaauvne

Pa6oTa BbiNOMHEHa MO WHWUMATMBE aBTOPOB 6e3 npuBneYeHus

drHaHCMpOBaHMA.
KoH$nukT nHtepecos

ABTOpbI AeKNapupyoT OTCYTCTBME ABHbBIX U NOTEHUMAlbHbIX KOH¢J‘II/1KTOB

NHTEPEeCOB, CBA3AaHHbIX C cofgepxaHnem HacTosALLen cTaTby.
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A clinical case

of Barraquer-Simons syndrome

T.G. Sedova' - V.D. Elkin" « M.Yu. Kobernik' « EN. Borodina'

Barraquer-Simons syndrome (SBS) belongs to the
group of lipodystrophy with complex etiology
and pathophysiology and is characterized by
progressive loss of subcutaneous fat, presumably
related to autoimmune destruction of adipocytes.
SBS is frequently associated with autoimmune
disorders. Its first signs are found in childhood
or puberty. It is characterized by gradual onset
from the face with subsequent extension of the
pathological process downwards without the
involvement of the lower extremities. At the
same time, there is a clear delimitation between
the lipodystrophic and unaffected zones. The
diagnosis of SBS is mainly based on clinical
manifestations. Laboratory work-up is needed
mostly to clarify any concomitant disorders.

We describe a rare clinical case of the Barraquer-
Simons syndrome in a 61-year-old woman,
associated with chronic glomerulonephritis
and (C3-hypocomplementemia. The disease
manifested at the age of 11 years with the fat
loss in the face area. No familial history of SBS
could be identified. Among the concomitant
diseases, chronic glomerulonephritis and bilateral
retinal angiopathy are of particular interest. The
laboratory assessments showed proteinuria
and microhematuria in the urine analysis and
decreased C3 component of the complement in
blood chemistry analysis. The skin pathology was

represented by atrophy of the skin and soft tissues
in the face, neck, upper limbs and trunk areas, with
aclear delimitation in the upper third of the thighs,
where normal subcutaneous fat was preserved.
There was pronounced skin hypotrophy in the
face area, with face disfiguration resembling
a "dead man's face". To diagnose the Barraquer-
Simons syndrome, in addition to the assessment
of clinical manifestations, we used non-invasive
diagnostic methods and the results of histological
examination of a skin biopsy samples (the
description of the specimen is given).

Patients with SBS should be followed up with
the monitoring of their clinical and biochemical
profiles and need an in-depth comprehensive
examination by medical specialists to identify and
treat their concomitant disorders.
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